w i t h IVH had Apgars o f <5 a t 5 minutes, w h i l e o n l y 16% o f i n f a n t w i t h o u t IVH d i d . Age a t diagnosis ranged from 4 day t o 14 days hemorrhage occurred e a r l i e r w i t h decreasing GA. Of 27 i n f a n t s , 19 had developed r e s p i r a t o r y d i s t r e s s syndrome, and 17 r e q u i r e d mechanical v e n t i l a t i o n . 19 p a t i e n t s died. Of t h e 8 s u r v i v o r s , 6 have ventriculomegaly, and 4 have had a shunt placed. Neurob e h a v i o r a l e v a l u a t i o n by a m o d i f i c a t i o n o f t h e B r a z e l t o n examin a t i o n was performed on 13 i n f a n t s a f t e r IVH, and scores were compared w i t h scores o f w e l l i n f a n t s o f s i m i l a r GA. I t i s of i n t e r e s t t h a t , although i n f a n t s w i t h IVH had somewhat lower scores f o r tone and r e f l e x e s , t h e most marked d i f f e r e n c e s between t h e two groups were found i n average scores f o r measurer o f s o p h i s t i c a t e d behavior: a d a p t a t i o n t o l i g h t (2.7 vs. 4.11, o r i e n t a t i o n t o sound (1.9 vs. 3.6), a l e r t n e s s (1.4 vs. 2.71, and i r r i t a b i l i t y (2.4 vs. 4.1).
TYPICAL NERVE HISTOLOGY I N A CASE OF FAMILIAL
YSAUTONOMIA TYPE I1 i n a Scribanu and Nicola Grover-Johnson, Georgetown r~n i v . School of Med.. Washinaton and New York Univ. School of Med., New York (~p o n : by ~o s e p h A. B e l l a n t i ) F a m i l i a l sensory neuropathy w i t h anhydrosis i s a c l i n i c a l complex i n t h e group o f c o n d i t i o n s c h a r a c t e r i z e d by autonomic dysfunction and impaired p e r c e p t i o n t o p a i n . We had t h e opport u n i t y t o s t u d y a p a t i e n t who p r e s e n t e d some f e a t u r e s of t h i s syndrome but whose s u r a l nerve h i s t o l o g y was s t r i k i n g l y d i ff e r e n t from t h a t r e p o r t e d t o d a t e i n t h i s c o n d i t i o n . P.R. came t o o u r a t t e n t i o n a t t h e age of 6 mos. because of f a i l u r e t o t h r i v e , f r e q u e n t e p i s o d e s o f unexplained f e v e r and i n d i f f e r e n c e o pain. I n t r a d e r m a l h i s t a m i n e t e s t was abnormal and methachoi n e t e s t produced a m i o t i c response. Anhydrosis and a l a c r i m a e r e p r e s e n t a s were slowing o f femoral nerve v e l o c i t i e s and ower motor neuron denervation. I n d i f f e r e n c e t o p a i n was p r e s e n i n c e b i r t h and was evidenced by m u l t i p l e s c a r s on h i s l i p s and i n g e r s . The fungiform, c i r c u m v a l l a t e p a p i l l a e and t a s t e p e r c e p i o n were p r e s e n t . Abnormal EEG and a moderate d e l a y i n o v e r a l l evelopment were noted. The s u r a l nerve biopsy showed an exremely small nerve and a v i r t u a l absence of unmyelinated nerve i b e r s w i t h absence of Schwann c e l l s b u t no evidence o f a degenr a t i v e process. The c l i n i c a l c o u r s e s and C-T s c a n s of 3 p a t i e n t s w i t h Menkes Kinky Hair Syndrome (MKHS)
s e s were s i m i l a r . However, s t r i k i n g v a r i a t i o n was noted i n t h e p a t t e r n s of head growth, v a r y i n g from e a r l y and c o n s i s t e n t microcephaly t o a c c e l e r a t e d head growth and increased i n t r ac r a n i a l p r e s s u r e .
S i m i l a r v a r i a t i o n i n t h e C-T scan d a t a was noted, from d i f f u s e c e r e b r a l a t r o p h y t o c y s t i c encephalomalacia t o f i n d i n g s which suggested l a r g e b i l a t e r a l subdural hematomas. An angiogram and autopsy i n one c a s e document r e s p e c t i v e l y s t r i k i n g blood v e s s e l a b n o r m a l i t i e s and o l d i n f a r c t s and ischemic l e s i o n s . These c a s e f i n d i n g s i l l u s t r a t e t h e need t o c o n s i d e r MKHS i n young i n f a n t s with r e t a r d e d growth, delayed development and s e i z u r e s i n whom o t h e r c l i n i c a l and radiographic evidence s t r o n g l y s u g g e s t s abuse and n e g l e c t .
R~p o n . by P. M. T a y l o r ) . Univ. of P i t t s b u r g h School of Medicine.
TCZ, t h e r e s i s t a n c e t o a 100 pamp a l t e r n a t i n g c u r r e n t passed etween two s u r f a c e s c a l p e l e c t r o d e s , d e c r e a s e s w i t h hydrocephaus i n i n f a n t s . Since t h e impedance of blood i s g r e a t e r than t h e mpedance of w a t e r , t h e replacement of CSF by blood ( a s o c c u r s i n VH) should r a i s e TCZ.
Normal n e o n a t a l TCZ v a l u e s were e s t a b l i s h e d from s e r i a l meaurements during t h e f i r s t 8 days of l i f e i n 7 1 neonates ranging n g e s t a t i o n a l age (GA) from 26 t o 43 wks. At a l l p o s t n a t a l ages PNA) w i t h >15 o b s e r v a t i o n s t h e r e was a s i g n i f i c a n t c o r r e l a t i o n etween G A and TCZ (r=0.62-0.85, p<0.01). With t h e exception of ay 5-6 f o r G A 26-29 wks, t h e r e were no d e t e c t a b l e day-to-day anges i n TCZ w i t h i n GA groups. Seven b a b i e s w i t h autopsy-proven IVH had s e r i a l TCZ measuren t s throughout t h e i r c l i n i c a l course. TCZ r o s e from 25.5'0.9 m s (meantSEM) b e f o r e t o 35.6t3.7 (p<0.05) a f t e r c l i n i c a l der i o r a t i o n . The l a t t e r v a l u e was a l s o g r e a t e r than t h e mean TCZ t a i n e d from 19 neonates of comparable G A and PNA who d i d n o t ave IVH (35.6i3.7 ohms v s 28.0t0.7, p<0.05). TCZ v a l u e s r o s e o r r e l a t e s , timing and t e d t o GA i t may a l s o r y i n g a poor prognosis f o r s e i z u r e c o n t r o l and i n t e l l e c t u a l devlopment. Treatment w i t h conventional a n t i c o n v u l s a n t s , ACTH and c o r t i c o s t e r o i d s , a s w e l l a s newer a g e n t s such a s nitrazepam, diazepam and clonazepam have produced v a r i a b l e r e s u l t s f o r s e i z u r e c o n t r o l , but they have a l l been a s s o c i a t e d w i t h extreme1 high r e c u r r e n c e r a t e s . Therefore, they have n o t been shown t o a 1 t e r t h e n a t u r a l h i s t o r y of t h i s s e i z u r e d i s o r d e r . This s t u d y p r e s e n t s an a n a l y s i s of a s t a n d a r d i z e d treatmert r e gimen u s i n g ACTH i n t r e a t i n g i n f a n t i l e spasms. Data i s p r e s e n t e d e l a t i n g t o each p a t i e n t ' s n e u r o l o g i c s t a t u s and s e i z u l e i n c i d e n c n t r e a t m e n t and a f t e r a prolonged p e r i o d of follow-up averaging 0 months. F i f t y -f i v e p a t i e n t s i n i t i a l l y r e c e i v e d ACTH, 40 u n i t s d w h i l e h o s p i t a l i z e d , followed by 80 u n i t s qod f o r a minimum of months a t home. The dosage was maintained a t t h i s l e v e l w h i l e mprovement was being shown i n s e i z u r e frequency and EEG p a t t e r n . CTH was then tapered slowly. Thirty-one p a t i e n t s were t r e a t e d i t h i n 1 month (GpI) and 24 p a t i e n t s more than 1 month a f t e r e i z u r e o n s e t ( G~I I ) . Complete s e i z u r e c o n t r o l of 87% of GpI pai e n t s and 56% of GpII p a t i e n t s (P<0.05) was achieved on ACTH The e c u r r e n c e r a t e was 3.2% f o r GpI and 12.5% f o r GpII patients. The e i z u r e c o n t r o l r a t e f o r GpI s u r p a s s e s previoudy r e p o r t e d s t u d i e s
